As has been reported in other cases of BDUMP, 1,5 our patient had circulating antiretinal autoantibodies. The significance of our patient's 33-and 34-kDa retinal proteins to which these autoantibodies react is not known. Much is still to be learned in the field of antiretinal autoantibodies, but this raises the possibilities that patients with BDUMP can have such antibodies and that these antibodies may be at least partially responsible for the loss of photoreceptors. 4 In our patient, we believe that a circulating growth factor or antibody may have been responsible for stimulation of the pathologic changes noted in BDUMP. This notion is supported by the return of good visual acuity, resolution of subretinal fluid, and decreased choroidal thickening during plasmapheresis treatments and also by the recurrence of these abnormalities with cessation of plasmapheresis.
Eosinophilic Variant of Wegener Granulomatosis in the Orbit
W egener granulomatosis (WG) is a multisystem vasculitis of unknown etiology that preferentially involves small to medium-sized vessels, with a peak incidence in the fifth decade of life. 1, 2 The typical histologic triad described in WG consists of tissue necrosis, vasculitis, and granulomatous inflammation. Although mild eosinophilia has been reported in WG, significant eosinophilia is rare. The eosinophilic variant is a clinical and histologic variant characterized by significant tissue eosinophilia that is clinically consistent with WG in the absence of asthma or atopy. [3] [4] [5] [6] We describe an eosinophilic variant of WG occurring in the orbit in association with local IgE production.
Report of a Case. An 84-year-old woman had a 2-month history of left ptosis, painless proptosis, and binocular vertical diplopia. Magnetic resonance imaging identified a 2.5ϫ2.5ϫ 1.5-cm left inferomedial orbital mass. An incisional biopsy suggested the diagnosis of eosinophilic angiocentric fibrosis, and she was referred for further management.
Clinically, her visual acuity was 20/40 OU. Orbital examination revealed a left ptosis with 2.5 mm of relative proptosis, 15 prism diopters of left hypertropia with decreased depression, and a left lower eyelid ectropion ( Figure 1A) . She had no history of atopy or asthma, sinonasal disease, respiratory disease, or renal disease. Antineutrophil cytoplasmic antigen antibodies were negative.
Follow-up magnetic resonance imaging demonstrated interval recurrence ( Figure 1B and C) , and another incisional biopsy was performed. Histologic analysis revealed granulomatous inflammation (Figure 2A) , with areas of vasculitis and a prominent perivascular hyalinization ( Figure 2D ). Significant eosinophilia was also seen (Figure 2A and C) . Serial sections revealed a focal area of necrosis ( Figure 2B ). Acid-fast bacteria and Gomori methenamine silver stains were negative. Immunohistochemistry revealed a striking IgE staining of the plasma cells ( Figure 2E ). The diagnosis of an eosino-philic variant of WG was made based on clinical history and histologic findings.
Comment. Eosinophilic WG is characterized by systemic WG with lung and renal disease and histologic findings consistent with WG but with additional peripheral and/or tissue eosinophilia in the absence of asthma or atopy. [3] [4] [5] [6] This variant is rare, and no ophthalmic involvement has been reported to our knowledge. However, other causes of eosinophilia must be excluded before this diagnosis is made. [3] [4] [5] [6] Wegener granulomatosis and Churg-Strauss syndrome are closely related antineutrophil cytoplasmic antigen-positive vasculitides. [3] [4] [5] [6] Churg-Strauss syndrome is typically associated with tissue eosinophilia and vasculitis but is differentiated from eosinophilic WG by the clinical history of atopy or asthma. Asthma and atopy are rare in WG, occurring no more frequently than in the general population. 6 Eosinophilic angiocentric fibrosis is a rare inflammatory disease involving the sinonasal tract with tissue eosinophilia and distinctive perivascular fibrosis. It is differentiated from eosinophilic WG by the absence of necrosis. Fungal and parasitic infections can be excluded by histopathologic analysis and tissue cultures. 6 Management of eosinophilic WG does not differ from that of systemic or limited WG, although the prognosis is variable. [3] [4] [5] Our case revealed the typical features seen in WG: focal necrosis, granulomatous inflammation, and vasculitis. In addition, marked infiltration of eosinophils was seen. Limited ophthalmic WG occurs in 50% of patients and may represent the first sign of systemic WG in 16% of cases. 1, 2 Ophthalmic manifestations include conjunctivitis, uveitis, and orbital inflammation. 1 Results of serological testing for antineutrophil cytoplasmic antigen are positive in 96% of patients with systemic WG; however, in limited WG, this decreases to 32% to 67%. 1, 2 Hence, a negative result for antineutrophil cytoplasmic antigen does not exclude the diagnosis. 1, 2 Elevated local IgE is unusual in WG. 3, 4 The role of eosinophilia and IgE in WG is unknown, and both are traditionally associated with atopy. However, in the absence of atopy, this striking presence of local IgE production and eosinophilia may represent a local hypersensitivity reaction toward an unrecognized extrinsic allergen as the underlying pathogenesis of this disease. 
